In summary we have reported a case ofPG with unusually severe and previously undescribed pharyngeal ulceration. The complete response of the cutaneous lesions to sulphamethoxypyridazine suggests that this antibiotic may be an effective treatment for PG in general.
Case report A 2-week-old boy presented with projectile vomiting. The infant was born at term (birth weight 4.6 kg; 97th centile) after a GIFT (Gamete Inter Fallopian Transfer) pregnancy. Feeding was initially normal. On admission he was well, not icteric and noted to have a 'pyloric tumour'. A diagnosis of pyloric stenosis was made and a limited exploration of the abdomen was performed through a small incision. The pylorus was normal and as such no procedure was performed. The vomiting persisted and at 4 weeks he became jaundiced and his platelet count fell below 50x1Q9 I. A barium meal ( Figure 1 ) and abdominal CT scan showed extrinsic duodenal compression due to a large retroperitoneal tumour apparently arising from pancreas. On admission to King's College Hospital his platelet count was Bx 10 91, (despite several platelet transfusions) with a normal white cell count, haemoglobin and coagulation studies. Liver function tests showed an obstructive pattern (bilirubin 183 /lmolll (25% conjugated), alkaline phosphatase 376 iull, aspartate aminotransferase 64 iu/l), An ultrasound scan confirmed dilated intrahepatic ducts. Further investigations performed including urea and electrolytes, amylase, alpha fetoprotein, urinary estimation of homovanillic acid and vanillylmandelic acid, bone marrow aspiration and a bone scan were all within normal limits.
Figure 1. Barium meal demonstrating a widened duodenal loop with an extrinsic mass effect on the 3rd and 4th parts ofduodenum. There is also compression and elevation ofthe gastric antrum. Gastric outlet obstruction is present with barium still present at 30 min
At laparotomy there was a friable, vascular retroperitoneal tumour extending from coeliac axis to the origin of the superior mesenteric artery. Multiple biopsies were performed. Histologically ( Figure 2 ) this was a solid encapsulated tumour exhibiting vascular clefts with a scanty endothelial lining and red cells within; there was a diffuse polyclonallymphoid infiltrate and germinal centre formation. Multinucleated giant cells scattered throughout the field were identified as megakaryocytes. 'Thesecomposite features were diagnosed as haemangiolymphangioma with megakaryocyte pooling.
Angiography and labelled red cell studies suggested a vascular tumour because of high blood flow although significant pooling within the lesion could not be shown. A second laparotomy was performed 2 weeks after the biopsies had been performed with the intention of bypassing the stillobstructed stomach. However, it was clear that the tumour had undergone significant spontaneous shrinkage and that the gastric outlet obstruction was now incomplete. Multiple areas of focalcalcification were also noted. The platelet count had begun to rise without intervention in the time between laparotomies and normal levels were reached and then maintained subsequently.
At last follow-up at the age of 4 months he was tolerating a normal diet and was otherwise asymptomatic. An abdominal ultrasound could just demonstrate persisting retroperitoneal disease. We have elected to follow this with serial ultrasound.
Discussion
A variety of terms have been used for this rare variant of a benign vascular tumour; haemolymphangioma, haemangiolymphangioma, angiomatous hamartoma and angiomatoid lymphoid hamartoma'. Although usually an isolated lesion this type of composite tumour has been reported as part of the Klippel-Trenauney syndrome", Clinically these should be differentiated from the commoner retroperitoneal lymphangioma and its variant lymphangiomatosis", Platelet consumption or coagulation abnormalities are rare with lymphangiomatous lesions", Thrombocytopaenia resulting from platelet consumption in a cutaneous haemangioma of the thigh was first described Metastatic islet cell tumours of the pancreas have an indolent course and yet present early with distressing appeared to have definite effects in increasing the platelet count. Spontaneous resolution certainly occurs in the majority of lesions but usually after a period of years rather than weeks as described here.
In conclusion this case appears to have several unique features. Although this tumour had rapid progression to cause gastric outlet obstruction, obstructive jaundice and profound platelet sequestration within the neonatal period it also regressed with equal rapidity without specifictherapy. This unusual natural history suggests that an expectant policy may be a realistic option.
References 1 Case records of the Massachusetts General Hospital (Case 5 -1989 symptoms due to hypersecretion of the hormones they produce. These highly vascular tumours may be effectively debulked by hepatic devascularization. Hepatic artery embolization has recently become established as the treatment of choice in the palliation of these tumours. We report its use in the treatment of incapacitating hypoglycaemia from metastatic insulinoma.
Case report
A 64·year-old woman re-presented some 6 years after metastatic insulinoma had been diagnosed at laparotomy. Initial treatment with diazoxide and streptozotocin resulted in prolonged symptomatic remission such that she required no further treatment over the next 5 years. On readmission hypoglycaemia was again documented and further treatment with diazoxide and streptozotocin was administered. 
